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Background:  Hereditary Hemorrhagic Telangiectasia (HHT) is a heritable disease characterized by telangiectasias, epistaxis, and 
arteriovenous malformations, and some patients develop pulmonary hypertension (PH). The prognostic significance of right ventricular 
hypertrophy (RVH) on electrocardiography (ECG) in the setting of HHT with PH is unknown.
methods:  Single center study of ECG findings in patients with HHT and suspected PH (1995-2013). PH defined as mean pulmonary artery 
pressure ≥ 25 mmHg at right heart catheterization. Standard definitions used for RVH and pulmonary arterial hypertension (PAH).
results:  Of 38 patients with HHT evaluated for suspected PH, 19 (50%) had ECG evidence of RVH. The most prevalent RVH criterion 
was S1Q3 (43%).Of the 28 (74%) who had PH on catheterization, 14 met PAH criteria. ECG illustrated RVH in 10 (71%) of those with PAH, 
and RVH was noted in 9 (64%) with PH secondary to high cardiac output or increased left-sided filling pressures, who did not meet PAH 
criteria. The combination of RVH on ECG and a right ventricular systolic pressure ≥ 40 mmHg predicted the presence of PH on invasive 
testing with a sensitivity of 93% and a specificity of 80%. In patients with HHT, the presence of RVH was associated with a 3-fold higher risk 
of death (figure).
conclusion:  In patients with HHT and PH, ECG evidence of RVH is common and associated with a higher risk of death. The combination 
of RVH on ECG and right ventricular systolic pressure ≥ 40 mmHg on echo should prompt further evaluation for PH.
